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Case reports
Case J: A girl aged three years first developed hard nodules in the skin at the age of six months, since when they have increased in number and size. Coeliac disease was diagnosed at three years and has been controlled with moderate success by a gluten-free diet. She has also had occasional breath-holding attacks from the age of one year. She is otherwise healthy and normal in development and intelligence.
On examination the patient had about eight 3-5 em plaques in the skin, each plaque being composed of clusters of flat, hard, angulated, lentil-shaped nodules 0.5-1.5 em diameter. The lesions were more easily palpated than seen; however, in some, the overlying skin was slightly discoloured with a dusky, violaceous hue ( Figure  1 ). Most of the lesions were situated on the trunk and thighs, but some had recently appeared on the extremities. Soft tissue X-rays of the abdomen confirmed the presence of subcutaneous calcified nodules and, in. addition, X-rays of the hands and feet showed occasional specks of calcification around the metacarpals and metatarsals. X-rays of the long-bones and skull were normal. Other investigations including full blood count, urea and electrolytes, albumin, alkaline phosphatase, serum calcium, phosphate and parathormone assays, were all normal.
Skin biopsies demonstrated the presence of multiple spicules of bone in the dermis (Figure 2 ). Normal membranous bone structure: osteocytes, cement lines and Haversian canals were present, together with occasional osteoblasts and osteoclasts. The surrounding dermis showed no evidence of scarring or inflammatory changes. Case 2: The sister of Case I, aged 6 years, had similar lesions on the legs and trunk although they were smaller and fewer in number. The lesions were thought to have developed at about the same age as her sister's. However, it is of interest that at 2 years of age the. patient developed a painful, swollen right ankle and an X-ray showed soft-tissue calcification in the region of the ankle joint. She too was healthy and appeared normal in other respects. Investigations, as performed in Case I, showed no abnormality Case 3: The father of Cases I and 2, aged 36 years, had had several isolated cutaneous nodules on both arms since infancy. Clinically these had the same characteristics as his daughters' lesions and histology again showed the presence of ossification in the dermis. The grandfather (deceased) of Cases I and 2 also had hard cutaneous nodules on his shoulders which were known to have been present for many years.
Discussion
The occurrence of bone formation in the skin is unusual and the mechanisms involved are poorly understood. It is thought, however, to be due to the presence of aberrant osteoblasts in the skin or to the development of pIuripotential mesenchymal cells into bone (Burgdorf & Nasemann 1977) . Cutaneous ossification can be divided into two main types: the commoner, being secondary, or metaplastic ossification, develops within or adjacent to areas of inflammation, naevi, tumours or venous abnormalities (Table I) (Roth et al. 1963) . Primary osteoma cutis, which is much more rare and not related to pre-existing skin disease, can be further divided into single and multiple osteomas. Solitary osteomas are most commonly large plaques situated in the scalp (Becker 1924) . Multiple primary osteomas may occur on the face where they are similar to the miliary facial osteomas that follow acne (Leider 1950) and thus may well share the same aetiology (Helm et al. 1967) . Alternatively, primary osteomas may be more widespread, resembling those seen in our patients. Primary multiple and widespread cutaneous osteomas of this type are found most commonly in patients with Albright's hereditary osteodystrophy (AHO) (Scott & Temple 1949 , Brook & Valman 1971 , Piesowicz 1965 , Barranco 1971 , Eyre & Reed 1971 , MacLean et al. 1966 , and occasionally in myositis ossificans progressiva (Vero et al. 1945) or in association with diaphyseal aclasis (Donaldson & Summerly 1962) . They have also been described in a few otherwise apparently normal individuals (Taylor & McKenna 1908 , Hopkins 1928 , Tijdens & Ruiter 1949 , Simmonds 1969 , Reichenberger & Lohnert 1971 including a mother and son (Peterson & Mandel 1963) . However, retrospective examination has suggested that some of these cases may well have had AHO (Brook & Valman 1971) .
AHO is a rare disorder which has a female:male ratio of 2: 1 and is thus thought to be transmitted by a sex-linked dominant mode of inheritance (Mann et al. 1962) . The clinical Table 2 ). Pseudohypoparathyroidism infers the presence of hypocalcaemia and hyperphosphataemia, If these metabolic abnormalities are absent then the term pseudo-pseudohypoparathyroidism is used. Pseudohypoparathyroidism and pseudopseudohypoparathyroidism may coexist in the same family and may even occur in the same patient at different stages of life. Careful examination of relatives often reveals the presence of one or more of the features of the condition, including osteoma cutis (Mann et al. 1962) .
The family reported here appears to have primary osteoma cutis in the absence of other features of AHa. They could, however, have a forme fruste of AHa, a possibility that cannot entirely be exluded, even by detailed examination of all existing relatives. We would suggest that all patients presenting with multiple cutaneous osteomas and also their relatives, should be screened for signs of AHa and, in particular, for evidence of metabolic disturbance.
